The QT interval on a standard 12 lead ECG denotes the time taken for ventricular depolarisation and repolarisation
The QT interval on a standard 12 lead ECG denotes the time taken for ventricular depolarisation and repolarisation.I Since these electrophysiological phenomena may vary with heart rate, QT interval is usually expressed as QTc, which incorporates a correction factor to allow for this variation.2 The upper limit for the duration of QTc is given as 0 44 seconds.' Prolongation of the QT interval above this level is positively correlated with an increased incidence of ventricular arrhythmias.
An overlap between QT interval prolongation and genetic disease is recognised in two conditions. The (McKusick No 192500)6 is an autosomal dominant condition characterised by QT interval prolongation which may, in a minority of affected subjects, present with syncopal episodes. Electrocardiographic investigation of the consanguineous parents of the proband (III4 and III5) showed QTc just exceeding the limits of normality. Both were entirely asymptomatic. However, QTc in II4, the maternal grandmother, was grossly abnormal at 0 54 seconds. Her brother, IIl1 (also the paternal grandfather), was normal with QTc of 0 4, but his wife's (II2) QTc was variously reported as ranging from 0 44 to 0 53 seconds, thus extending into the abnormal range. Abnormally prolonged QT intervals were a feature in several other members of both paternal and maternal families (figure).
The parents of these children, III4 and III 5, were first cousins (figure), and both were reported to have a slight but significant dip in their hearing threshold at 4000 Hz. Further significant audiological abnormalities were noted in the brothers IV 16 and IV 17, both of whom had bilateral high tone We present this family to emphasise the problems which have been encountered in its analysis and to underline the difficulty which may attend identification of positive affectation status in the Romano-Ward syndrome. The rogue elements of the deafness, the consanguinity, and the normal QTc all contributed to the general confusion. The case we make is that counselling in this condition based on QTc considerations alone is a hazardous venture.
We wish to thank Dr C Sissons for assistance with ECG investigation of several patients in this report.
